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ABSTRACT

We report herein a case of isolated Rosai-Dorfman disease (Sinus Histiocytosis with Massive Lymphadenopathy) diag-
nosed upon routine microscopic examination of tonsils in a child. The patient is a 4-year-old girl who had a history of
sleep apnea, but no other significant medical history or other findings on physical examination. In this report, we dis-
cuss the various approaches to handling of tonsillectomy specimens. We also discuss the value of routine microscopic
examination, providing a list of case examples of incidental, clinically important, findings that can be missed if a mi-
croscopic examination of tonsils was not performed. We finally discuss the clinical significance of finding histologic

evidence of Rosai-Dorfman disease in a child.
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1. Introduction

The value of routine submission of tonsillectomy tissue
for microscopic examination is often brought into ques-
tion, as a cost saving measure, given the low yield of
clinically significant findings. Some advocate limiting
pathologic examination to gross inspection, with submis-
sion of sections for microscopy reserved for tonsils that
appear grossly abnormal or if the patient has a significant
or unusual medical history [1]. Performing no examina-
tion at all of tissue has also been proposed by some au-
thors [2]. While there is an obvious cost saving by not
performing routine microscopic examination on tonsils in
the above two approaches, this is only achieved at the
risk of missing potentially important findings. A recent
example is our case described below.

2. Case Report

The patient is a 4-year-old girl who presented for com-
plaints of obstructive sleep apnea. No other significant
medical history or physical findings were noted. In par-
ticular, there was no evidence of lymphadenopathy. She
underwent tonsillectomy and adenoidectomy. Tonsils were
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sent for pathologic examination, per protocol. At gross
examination, no gross abnormalities were noted. Micro-
scopic examination showed a conspicuous and discrete
focus of large, histiocytes with abundant slightly eosino-
philic cytoplasm, round nuclei and prominent nucleoli
(Figures 1(a) and (b)). These histiocytic cells showed
distinctive emperipolesis of lymphocytes, neutrophils,
and plasma cells present (Figure 1(c)). An S100 immu-
nohistochemical stain showed strong nuclear and cyto-
plasmic staining, confirming the diagnosis of Rosai-Dor-
fman disease (Figure 1(d)). Retrospective repeat gross
examination of formalin fixed remainder of tonsilar tis-
sue confirmed the absence of any other lesions or ab-
normalities. A review of the patient’s records showed no
evidence or reason to suspect involvement of other or-
gans by Rosai-Dorfman changes, suggesting an isolated
involvement of tonsils; an unusual presentation, with
only rare cases reported in the literature [3].

3. Discussion

Microscopic examination of the vast majority of tonsils
shows reactive non-specific follicular lymphoid hyper-
plasia, with or without active inflammation. A significant
minority of specimens show gross aggregates of non-
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Figure 1. (a) and (b) H&E stained sections of tonsil showing sheets of large histiocytic cells within and around lymphoid folli-
cles; (c) At higher magnification, the typical appearance of Rosai-Dorfman cells is that of large histiocytic cells with abun-
dant eosinophilic cytoplasm, phagocytozed lymphocytes or neutrophils, large round nuclei and prominent nucleoli; (d) Im-
munoperoxidase staining for S100 is positive in the cytoplasms and nuclei of lesional cells.

invasive actinomyces bacteria. Other pathologic findings
are much less common, but clinically significant inci-
dental findings are encountered.

A review of tonsillectomy/adenoidectomy specimen
records at our institution over the last ten years demon-
strated at least one case of each in the following clini-
cally unexpected findings: Burkitt lymphoma, Myeloid
Sarcoma, Rosai-Dorfman disease, Crohn’s disease as-
sociated granulomatous inflammation, Tangier disease,
toxoplasmosis, cat-scratch disease, granulomatous in-
flammation of unspecified etiology, acute Epstein-Barr
virus (EBV) infection, and acute adenovirus infection.

Some of the above-mentioned findings may not be
clinically significant, or represent self-limiting conditions,
but others are critically important and time sensitive di-
agnoses (e.g. Burkitt Lymphoma and Myeloid Sarcoma)
or represent significant findings that are too important to
be missed (e.g. granulomatous inflammations). While
unexpected clinically significant diagnoses are certainly
rare, their impact on patient management may merit con-
tinuing routine examination.

Since most of the above-mentioned findings are not
usually apparent grossly, the opportunity for making the
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diagnosis of rare disorders represents another advantage
of routine microscopic examination. Additionally, rou-
tine submission of tonsilar tissue sections for micro-
scopic examination will guarantee that a source of the
patient’s deoxyribonucleic acid (DNA) is available for
possible testing, if needed. With the ever increasing im-
portance of genetic testing and DNA analysis, the latter
source may be of growing significance for some patients.

Finally, the paucity of clinical information submitted
with surgical specimens further complicates the decision
to design a protocol that limits submitting tissue for mi-
croscopic examinations based on meeting specified cli-
nical indications or criteria. Regardless of the policy
chosen, clear communication with clinicians regarding
institutional criteria for tissue examination is essential for
optimal patient care [4].

In our patient, the diagnosis of Rosai-Dorfman disease
can potentially have implications and may necessitate
clinical follow up. While most cases of Rosai-Dorfman’s
lymphadenopathy follow a self-limiting course with spon-
taneous resolution, an underlying immune dysfunction
may be seen in a minority of patients. In addition, clini-
cal follow up will be important as some patients may po-
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tentially show local relapses and/or involvement of vital
organs [5].
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